Introduction
============

Lichen planus (LP) is an idiopathic disorder that generally affects middle-aged patients with clinical manifestations on the skin, mucous membranes, genitalia, hair, and nails ([@B1]). Proposed etiologies include a reaction to medication, hepatitis C or other viral infections, bacteria such as *Helicobacter pylori*, or autoimmune processes ([@B2]). Esophageal LP (ELP) is a rare and under-recognized disorder; its diagnosis is usually delayed. There is no standardized management. Since 1982, only approximately 80 cases have been described worldwide ([@B3]). ELP can cause stricture, ulceration, and squamous cell carcinoma. It is important to take great precautions to rule out ELP, especially in patients with dysphagia. We herein describe a case of ELP in a patient who presented with dysphagia and was treated with systemic corticosteroids, which resulted in clinical relief.

Case Report
===========

An 85-year-old woman with dysphagia, odynophagia, and chest discomfort for a period of one month was referred to our hospital. Her comorbidities included hypertension and hyperlipidemia, and she had been using a calcium channel antagonist (Azelnidipine), an angiotensin II receptor blocker (Losartan), a diuretic (Hydrochlorothiazide), a proton pump inhibitor (Lansoprazole) and a statin (Atorvastatin). The laboratory findings showed hypoalbuminemia and hypoproteinemia. A serological test was positive for anti-hepatitis C virus (HCV) antibodies. Endoscopy revealed a severe stricture in the proximal esophagus and the esophageal mucosa was easily exfoliated at removal (Kobner phenomenon) ( [Fig. 1](#g001){ref-type="fig"}, [2](#g002){ref-type="fig"}). Biopsy specimens taken from the stenotic site showed non-specific inflammation. Although endoscopic balloon dilatation using a CRE balloon dilator (Boston Scientific, Boston, USA: 10-12 mm) was performed, the effect was slight and transient. Consequently, it was repeated four times over a two-year period. At the final session, triamcinolone acetate (Bristol-Myers Squibb, Anagni, Italy) was injected, but this failed to prevent re-stenosis. Although pemphigus vulgaris was suspected based on the finding of mucosal exfoliation, autoantibodies against desmoglein 1 and desmoglein 3 were not detected. An oral examination revealed erosions around the gingiva ([Fig. 3](#g003){ref-type="fig"}), and dense lymphatic infiltration in the epithelium was found in the biopsy specimens taken from the site of erosion, leading to a diagnosis of oral LP ([Fig. 4](#g004){ref-type="fig"}). Esophageal endoscopy was performed again ([Fig. 5](#g005){ref-type="fig"}) and the biopsy specimens showed spongiosis and necrotic keratinocytes (civatte bodies) ([Fig. 6](#g006){ref-type="fig"}). Although the submucosa was not taken for the evaluation of lichenoid inflammation, the histological findings were considered to be consistent with ELP. Systemic corticosteroid treatment was started at a dose of 20 mg daily. The patient\'s symptoms improved within 1 week, and the oral corticosteroid was tapered by 5 mg every 2 weeks until it reached a dose of 5 mg daily. An esophageal examination at 3 months after the initiation of corticosteroid treatment indicated endoscopic and histological improvement ([Fig. 7](#g007){ref-type="fig"}, [8](#g008){ref-type="fig"}). Her clinical remission has remained for 2 years.

![An endoscopic image of the stricture with erosion in the proximal esophagus.](1349-7235-57-0025-g001){#g001}

![An endoscopic image showing the Kobner phenomenon.](1349-7235-57-0025-g002){#g002}

![An image of oral erosion around the gingiva.](1349-7235-57-0025-g003){#g003}

![A biopsy specimen taken from the sites of erosion shows dense lymphatic infiltration in the lamina propria.](1349-7235-57-0025-g004){#g004}

![An endoscopic image of the stricture with an ulcerated and friable mucosa in the proximal esophagus.](1349-7235-57-0025-g005){#g005}

![Biopsy specimens showing inflammatory infiltration involving the superficial lamina propria, spongiosis in the epithelium, and necrotic keratinocytes (civatte bodies, arrowhead).](1349-7235-57-0025-g006){#g006}

![An endoscopic image of the improved esophageal mucosa after 3 months of corticosteroids treatment.](1349-7235-57-0025-g007){#g007}

![Biopsy specimens showing improved inflammatory infiltration in the epithelium.](1349-7235-57-0025-g008){#g008}

Discussion
==========

LP is an idiopathic inflammatory disorder that involves the skin, scalp, nails, and mucous membranes ([@B1]). Oral LP is a relatively frequent inflammatory mucocutaneous disease of middle-aged individuals, affecting approximately 1.27% (0.96% of men and 1.57% of women) of the world population ([@B4]). ELP accounts for approximately 1% of oral LP ([@B5]). Fox et al. reported that among the 72 patients with ELP, 87% of the patients were female and that oral LP was present in 89% ([@B6]). Dysphagia was present in 81% and odynophagia was present in 24%. In the Mayo Clinic study, 4 patients (67%) had stricture; in all cases, the stricture was located in the proximal esophagus ([@B7]). The proximal or mid-esophagus is the most common location for the esophageal lesions of LP. The proximal esophagus is affected in 90% of cases with or without distal involvement ([@B8]).

Esophagogastroduodenoscopy plays a role in the diagnosis of ELP. Possible endoscopic findings include pseudomembranes, a friable and inflamed mucosa, submucosal papules, lacy white plaques, erosion, stricture, and other abnormalities ([@B9], [@B10]). The differential diagnosis of ELP includes reflux esophagitis, eosinophilic esophagitis, viral esophagitis, and bullous disorders such as pemphigus vulgaris and bullous pemphigoid. ELP typically affects the upper and mid-esophagus, sparing the esophagogastric junction, (in contrast to reflux esophagitis) ([@B11]). Biopsies are necessary to differentiate ELP from other disorders. The most indicative characteristics of ELP include infiltration of the lymphohistiocytic interface and dyskeratotic cells (Civatte bodies) ([@B12]). ELP should be suspected when the following characteristics are present: 1) the patient is a middle-aged or older woman; 2) other erosive mucosal lesions are present; 3) the proximal esophagus is involved; and 4) a histologic examination reveals band-like or lichenoid lymphoid infiltration involving the superficial lamina propria and basal epithelium, with the presence of civatte bodies ([@B13]). In addition to histological findings of civatte bodies, the lack of bullous lesions in the skin, anti-desmoglein antibody negativity, and the history of oral LP allowed for the exclusion of bullous disorders; however specific immunofluorescent staining was not performed in the present case. Lymphocytic esophagitis is a recently established entity that is associated with severe dysphagia and which is characterized by high numbers of intraepithelial lymphocytes ([@B14], [@B15]). Although it was differentiated from ELP by the absence of marked intraepithelial lymphocyte infiltration in our case, further study on lymphocytic esophagitis is needed because the details of the pathology, clinical symptoms, and endoscopic findings of lymphocytic esophagitis remain unclear.

To the best of our knowledge, there is no standard treatment for ELP. Historically, systemic corticosteroids have been considered the first-line treatment with a response rate of up to 74% based on multiple reports ([@B10]). However, the relapse rate after steroid withdrawal can be as high as 85% ([@B16]). Recently, fluticasone propionate (220 μg twice daily, topically) was shown to result in clinical and endoscopic improvement ([@B3], [@B10], [@B17], [@B18]). This treatment has the advantage of being associated with fewer side effects in comparison to systematic corticosteroid treatment. In the present case, we recommended switching from oral corticosteroids to swallowed fluticasone propionate; however, the patient refused this recommendation because swallowed fluticasone was not covered by Japanese insurance. In isolated cases, patients have been successfully treated with oral tacrolimus ([@B19]), alitretinoin ([@B20]), and rituximab ([@B21]).

Endoscopic balloon dilation is another possible option in patients who remain symptomatic despite medical management ([@B3]). A recent report noted that the placement of removable fully-covered metal esophageal stent was an option when standard medical therapy and endoscopic dilatation fails in a patient undergoing steroid treatment ([@B22]).

ELP may represent a premalignant disease because esophageal squamous cell carcinomas (SCCs) arising from ELP have been described ([@B9], [@B23], [@B24]). Schwartz et al. suggested the use of high-magnification chromoendoscopy to differentiate areas of hyperplasia, or low-grade dysplasia, from areas of severe dysplasia and SCC ([@B23]). Narrow-band imaging (NBI) may also be useful for screening for esophageal SCC in patients with ELP as well as head and neck cancer ([@B25]). In our case, only squamous intraepithelial neoplasia was found by NBI endoscopy and iodine-chromoendoscopy. Because the esophageal SCCs developed more than 6 years after the diagnosis of ELP, periodic surveillance endoscopy should be performed ([@B23], [@B24]).

In our case, ELP was first diagnosed after the oral LP was found. There are some reasons why the diagnosis of ELP was not made at the first endoscopy. First, ELP is rare and only approximately 80 cases have been reported in the literature. Second, the specimen taken from the esophagus at the first endoscopy might have been small and insufficient to make a diagnosis of ELP. Finally, clinical information is important for the pathologist because ELP is an under-recognized disorder.

In conclusion, we presented a rare case of ELP in a patient who was successfully treated with systemic corticosteroids. Since ELP is an under-recognized disorder that may be mistaken for reflux or candida esophagitis, gastroenterologists should pay attention to not only the skin but also the oral cavity as this can be helpful in making a correct diagnosis. In patients with ELP strictures most commonly occur in the proximal esophagus. Corticosteroids can achieve effective relief from the symptoms.
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